Introduction {#sec1-1}
============

Well-differentiated papillary mesotheliomas (WDPMs) of the peritoneum are uncommon; approximately 50 cases have been reported till date.\[[@ref1][@ref2][@ref3][@ref4][@ref5]\] Approximately 75% of the tumors occurred in females who are usually of reproductive age but occasionally postmenopausal.\[[@ref2]\] WDPM is usually an incidental finding at laparotomy, but rare tumors have been associated with abdominal pain, ascites, menorrhagia, etc., The presence of ascites and other symptoms, however, is much more common in malignant mesothelioma.\[[@ref3]\] Some of the patients had a history of asbestos exposure.\[[@ref4]\] We report a case of WDPM in a young woman without asbestos exposure.

Case Report {#sec1-2}
===========

A 27-year-old woman presented with pain abdomen and distension. There was no history of exposure to asbestos or occupation in the construction industry. The ultrasonography of whole abdomen showed an abdomino-pelvic mass along with ascites. Ascitic fluid examination was done and showed few cellular fragments of mesothelial cells admixed with lymphocytes. Abdominal computed tomography (CT) scan showed mass measuring 14 cm × 11 cm, but the site of origin could not be identified and possibility of the left adnexal mass was suggested \[[Figure 1a](#F1){ref-type="fig"}\].

![Computed tomography scan showing a intra-abdominal mass measuring 14 cm × 11 cm, without any definite site of origin. (b): Gross image of specimen of papillary mesothelioma](JLP-10-248-g001){#F1}

An exploratory laparotomy was carried out and the mass removed. During the procedure, a granular papillary lesion was incidentally found at the peritoneum adherent to the uterus mimicking adnexal mass. On gross, an irregular gray-white mass measuring 15 cm × 12 cm and showing a granular papillary projection on the surface was noted \[[Figure 1b](#F1){ref-type="fig"}\]. Histopathological examination revealed a neoplasm composed of broad papillae with edematous fibrous cores and lined by uniform cuboidal cells showing moderate pale to eosinophilic cytoplasm and central nuclei with fine chromatin. Areas of vascular invasion and psammoma bodies were also noted. There was no evidence of atypia, mitosis, or necrosis \[Figure [2a](#F2){ref-type="fig"}, [b](#F2){ref-type="fig"} and [c](#F2){ref-type="fig"}\].

![(a, b, d) Photomicrograph showing histology of mesothelioma showing broad papillae with edematous fibrous cores and lined by uniform cuboidal cells with vascular invasion (b) and psammoma bodies (d), (H and E stain, ×10 view). (c) The neoplastic cells are calretinin positive (IHC stain, ×40 view)](JLP-10-248-g002){#F2}

Immunohistochemistry (IHC) revealed a positive staining pattern for vimentin, calretinin \[[Figure 2d](#F2){ref-type="fig"}\], Wilms tumor protein 1 (WT 1), and cytokeratin (focal). The Ki-67 proliferation index was about 1%. Desmin, Ber-EP4, and chromogranin A were negative.

A diagnosis of WDPM was made, based on histomorphology and IHC. A CT scan of the chest revealed no lesions in thoracic cavity. The patient was advised follow-up without chemotherapy. His postsurgical follow-up till 9 months was uneventful.

Discussion {#sec1-3}
==========

WDPM is an uncommon variant of mesothelial neoplasm with uncertain malignant potential. It primarily occurs in the peritoneum of young women in their reproductive age group. Other sites such as pericardium, pleura, and tunica vaginalis have also been described. The long-term survival is good as pointed out by many studies and recurrences are also rare.

The differential diagnosis of WDPM includes atypical mesothelial hyperplasia, malignant mesothelioma, and adenocarcinoma with diffuse peritoneal involvement. The differentiation is really important due to vast differences in management and prognosis. Most primary peritoneal adenocarcinomas are papillary serous carcinomas and show the presence of cells with high-grade to bizarre nuclear features and numerous mitotic figures, both of which are absent in WDPM. Histochemical and IHC stains can help in the differential diagnosis with adenocarcinoma. In contrast to adenocarcinomas, WDPMs elaborate acid mucin rather than neutral mucin. The former is predominantly hyaluronic acid and is seen as alcian blue-positive and digested periodic acid-Schiff (DPAS)-negative material within cytoplasmic vacuoles.\[[@ref6]\] The cell borders and stroma of WDPM may be DPAS positive. Immunoreactivity for both cytokeratin and vimentin, along with calretinin and WT-1 as well as negative staining for carcinoembryonic antigen and Ber-EP4, favors a diagnosis of mesothelioma over carcinoma.

Malignant mesothelioma can be differentiated from WDPM by their high-grade nuclear features, presence of necrosis, and mitoses with higher proliferation index. Comin *et al*. found that positivity for caldesmon and calretinin along with negativity for estrogen receptor and Ber-EP4 strongly favors malignant mesothelioma over serous carcinoma.\[[@ref7]\] Our case was radiologically mistaken for an adnexal tumor but confirmed by histopathology and IHC. Fluid cytology can be misleading too as it can falsely give a diagnosis of reactive etiology, which happened in our case.

However, there is no single diagnostic IHC marker to separate WDPMs from adenocarcinomas and malignant mesotheliomas, and the results of a panel of antibodies should be interpreted in conjunction with proper clinical history, radiological evaluation, and histopathological examination by hematoxylin and eosin stain for a final diagnosis.

Conclusion {#sec1-4}
==========

WDPM is a neoplasm with uncertain malignant potential and is frequently diagnosed incidentally. This case has been presented due to its rarity and the importance to differentiate it from its aggressive mimickers which have a much poorer prognosis.
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